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Paplllanatosls is a potentlally Ilfe-threatening prollferatlve leslon of the larynx; a viral etiology Is postulated. Repeated recurrence can occur requlrlng frequent, surgery for maintenance of a patent alrway. The synthetic Interferon inducer polylnoslnlc-polycytIdlIlc acid stabillzed w l t h poly-L-lysine (Poly ICLC) was used I.v. In 6 patlents. Doses ranged frcm 2.5 mg/& to 12 mg/& t.1.w. for a three fmnth course. In a l l patients a marked decrease In the requirement for surgery was seen. N o regression of pulmonary lesions was seen i n 3/3 patients w i t h such lesions.
Frequency During three months of post-transplant study, T-helper activity was persistently defective and Ig secretion by normal R and T cells was suppressed ( > 95%) by the patient's T cells. Recovery from the transplant procedure was rapid and 3 months after the transplant the patient was infection-free and without signs of graft versus host disease; serum immunoglobulin concentrations were normal and isohemagglutinins became demonstrable; he responded to bacteriophage QIX 174 with adequate antibody titers and in vitro lymphocyte transformation to mitogens was 16-51% of normal. Presently, eight months after the transplant, he is asymptomatic and thriving. These observations indicate that hematologic and immunologic reconstitution can be achieved in WAS without total body irradiation prior to marrow infusion, and that the appearance of donor derived suppressor T cells may play a role in the homeostasis between the host and graft. The r e s u l t s of CT brain scans i n 2 groups of children with ALL a r e reviewed. In Group I , 25 asymptomatic children 3-5 yrs from i n i t i a l diagnosis were studied upon discontinuation of therapy. Mild ventricular d i l a t i o n (5125) and cerebral c a l c i f i c a t i o n s (1125) were noted. Of the 6 p a t i e n t s with abnormal CT scans, radiotherapy + i n t r a t h e c a l methotrexate were used i n 416 p a t i e n t s and i n t r a t h e c a l therapy alone i n 216 patients. Subsequent neurological complications were uncommon (1125). In Group 11, 14 children who developed neurologic syndromes were studied while s t i l l receiving therapy. Leukoencephalopathic syndromes were d5agnosed i n 10114 children; c e n t r a l nervous system (CNS) leukemia occurred i n 6/10 children. CT scan abnormalities occurred i n 9/10 patients. CT scans indicated ventricular d i l a t i o n alone i n 1 p a t i e n t , and both ventricular and subarachnoid space d i l a t i o n i n 8 patients; i n addition, 2 patients had areas of intracerebral c a l c i f i c a t i o n i n areas of decreased attenuation coefficient. CNS infections were subsequently i d e n t i f i e d i n 2/10 p a t i e n t s (toxoplasmosis and S t . Louis encephalitis). Significant CT scan abnormalities a r e more l i k e l y t o be seen i n p a t i e n t s with antecedent c l i n i c a l problems or i n p a t i e n t s receiving more intensive CNS therapy. Monocyte functions were studied i n 18 children with hemoglobinopathies. Mononuclear fractions were isolated from peripheral blood according t o standard Ficoll-Hypaque methods and adjusted t o lo6 monocytes/ml i n media plus f e t a l calf serum. Compared t o normal controls, there was no s i g n i f i c a n t difference i n percent monocyte glass adhesion (76.4 f 14.5 v s 83.3 f 11.4), or c e l l spreading (u = microns) a t 2 h r s (12.7 f 1.711 vs 3.4 f 1.711) o r 24 h r s (16.9 f 2.711 vs 17.5 f2.511). Phagocytosis and k i l l i n g of 2 species of Candida--C. pseudotropicalis (CP) and C.
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MONOCYTE FUNCTIONS I N CHILDREN WITH SICKLE CELL AND
albicans (CA)--were studied. Except f o r CA k i l l i n g (patient = 25 + 5.4% v s control = 28.6 f 4.7%, p = .046) r e s u l t s of patient studies were similar t o controls. Patient phagocytosis and k i l l i n g of Staphylococcus aureus (502A) a f t e r 1-hr incubat i o n was a l s o comparable t o controls (55.7 f 17.9 vs 57.1 f 14.3). Chemotaxis was measured under agarose and by Boyden chamber technique, u t i l i z i n g zymosan-activated serum. A chemot a c t i c index was determined f o r directed chemotaxis under agarose and r e s u l t s were similar (patient = 1.5 f 0.2 vs control = 1.6 f 0.3). For Boyden chamber techniques, a migratory index (LIm), based on numbers of c e l l s migrating and distance migrating i n t o f i l t e r s , was determined and r e s u l t s were a l s o similar (patient = 48.7 f 6.0 vs control = 55.4 f 8.3, p = 0.11). These experiments suggest that the monocyte/macrophage arm of the host immune system i s i n t a c t i n these patients. g1.ucose-6-phosphate. Incubation was carried out a t 37 C f o r 60 min. Glucose liberated i n t h i s reaction was determined by the glucose oxidase method. The enzyme e x t r a c t from the tumor was found t o have glucose-6-phosphatase a c t i v i t y s i m i l a r t o the act i v i t y i n a control kidney e x t r a c t . The tumor sample released 1.07 uM, gl ucose/mg protein/hour, while human kidney extracted hydro1 yzed 1 .O1 p M gl ucose/mg protein/hour. Blood c e l l s , muscle and ovarian tissues were assayed f o r glucose-6-phosphatase had no measurable a c t i v i t y . These studies suggested renal origin of the tumor, and subsequent electron microscopy confirmed the diagnosis of Wilm's tumor. Another case of intrarenal tumor was studied with no measurable gl ucose-6-phosphatase a c t i v i t y , while e x t r a c t from the same kidney released 1.6 uM/glucose/mg proteinlhour. Subsequently the diagnosis of Burkitt lymphoma was made. These data indicate t h a t glucose-6-phosphatase can be used t o ascertain the renal origin of intraabdominal tumors. Heparin clearance i n the newborn is more rapid than i n the normal adult and anticoagulation with heparin i s c l i n i c a l l y d i f f i c u l t to achieve. Circulating l e v e l s of antithrombin I11 (AT-111) a r e physiologically low i n term and preterm infant$ and minor differences i n the function of AT-I11 i n the newborn would have significant implications f o r the treatment of thrombosis. AT-111 was isolated by heparin a f f i n i t y chromatography from adult venous and newborn umbilical cord blood. The proteins thus purified were compared by SDS-PAGE, rocket immunoelectrophoresis, protein concentration by microbiuret r e l a t i v e to o p t i c a l density a t 280 MI, heparin cofactor specific a c t i v i t y , progressive neut r a l i z a t i o n of thrombin and factor Xa a t 37O C, and pH r e l a t e d anti-thrombin k i n e t i c s . Finally, the reaction r a t e s of thrombin neutralization r e l a t i v e t o the concentration of heparin present were measured. The s t r u c t u r a l evaluations revealed a f e t a l AT-I11 molecule of molecular weight, charge and electrophoretic migration indistinguishable from that of normal adult. The func
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